more rare diseases, have been most rewarding so far. Success in this field encourages examination of the rather more common leucodystrophies and the understanding of these must be greatly enhanced by a detailed knowledge of the structure, formation and turn-over of myelin.
Progress in these fields has made great strides at the hands of academic neurochemists in the last few years but little of this information is readily available to hospital biochemists. The whole subject is most lucidly summarised in the present volume.
The application of this basic knowledge to disease is summarised and it is indicative of the amount of work still to be done that as much pertinent comment is included in a chapter on myelin disorders in domestic animals as in one on human disease. None the less this subject is moving rapidly and those inclined to exploit its applications to the field of clinical chemistry will do no better, at the present time, than to go forward with this volume in their hand.
D. N. Raine
The Congenital Methemoglobinaemias. O. TONz. S. Karger, A. G., Basel, 1968. pp. 146. DM. 39.- The rarity of a disease is usually matched by the paucity of words used to describe it in the more readily available reference books. Such diseases do however occur and since the investigator is unlikely to be aided by experience, he needs to have available as complete an account as possible to which to refer. The present work does this to a remarkable extent for those diseases associated with cyanosis of biochemical origin-a field in which the author has immersed himself for several years.
After a discussion of normal erythrocyte metabolism and the haemoglobin-iron relationship the formulation of methaemoglobin in normal and aging erythrocytes is discussed.
There then follows a most important discussion of haemoglobin M disease. This condition, associated with cyanosis from infancy, is due to one of several different genetically determined abnormalities of globin. If the amino acid substitution is in the alpha chain the cyanosis will be present from birth; if in the beta chain its onset may be delayed for several months. Whichever is the case however, it is important to recognise the condition for its subjects live remarkably trouble-free lives, and it is of great value to give the true explanation of the cyanosis if only to relieve any anxiety concerning congenital heart disease as early as possible. Clinical chemists should realise that the condition, unlike the remaining diseases dealt with in this book-the true methaerno-185 globinaemias-s-can not be recognised by simple spectroscopy of the blood. In haemoglobinopathy M the absorption spectrum of oxygenated and reduced haemoglobin is normal. If the pigment is converted to methaemoglobin by adding ferricyanide however, a carefully plotted absorption spectrum will show characteristic differences from that obtained from normal blood treated in the same way.
Information on the enzymopenic methaemoglobinaemias is more readily available but nowhere is it more complete than in the present work. The book concludes with a varied selection of relevant laboratory procedures together with a detailed presentation of the results in ones studied by the author.
There is a most comprehensive bibliography covering 15 pages. All clinical chemists should know where they may obtain access to this book in an emergency and if possible they should have read it before the emergency arises. D. N. Raine
Wilson's Disease. National Foundation. Birth Defects. Vol 4, No.2. D. BERGSMA (Ed.), Williams and Wilkins Co., New York, 1968. pp. 138, £4,75 The National Foundation March of Dimes have now sponsored a number of symposia, usually on some aspect of birth defect, and published these in an attractive form comprehendable by all medical and para-medical workers however specialised the topic or however unspecialised the reader. The present work is one in this series. The contributors are drawn from all over the world and the approach to Wilson's disease is anything but narrow. The sections are devoted to copper metabolism, genetics, the effects on the central nervous system, liver and kidney, the early pre-symptomatic detection and finally treatment.
Significant advances in the last two fields have been made in recent years. It is now realised that a normal plasma concentration of ceruloplasmin (as paraphenylene diamine oxidase) is not sufficient to exclude the diagnosis of Wilson's Disease in the presymptomatic stage and it is recommended that this determination should be accompanied by S.G.O.T. and S.G.P.T. and, if possible, the determination of copper excretion before and during the administration of penicillamine. In this way all homozygotes will be detected and probably a considerable proportion of heterozygotes too. Some heterozygotes can have lower than normal values for ceruloplasmin.
The value of early detection is convincingly established by the chapter on treatment. Reports from three centres are uniformly encouraging, clinical symptoms appear to be prevented provided treat ment is introduced at an early stage and existing symptoms may be improved. The agents used for treatment may still undergo development but they are in a sufficiently acceptable form already to fully justify searching out potential patients.
The Clinical Delineation of Birth Defects, Part V. Phenotypic Aspects of Chromosomal Aberrations. D. BERGSMA (Ed.), Williams and Wilkins Co., New York, 1969. pp. 210. £7·00 This book is of almost no value to clinical chemists. It is a singularly complete and very well illustrated collection of papers on structural chromosomal defects. Few call for biochemical help in diagnosis but the discussion of their aetiology is of interest for it is entirely possible that more biochemical abnormalities may have similar origins but their 'phenotypes' are yet to be recognised as disease entities. So far the genetically determined autosomal recessive biochemical diseases are turning out to be single enzyme deficiencies. Not so the dominant inherited conditions and in most of these the cause is yet to be elucidated. Clearly there is much still to be understood and for those thinking about these problems the present work offers a very readable and informative starting point.
D. N. Raine
Enzymes and Isoenzymes. Structure, Properties and Function. Federation of European Biochemical Societies. Vol. 18. D. SHUGAR (Ed.), Academic Press, London, 1970. pp. 361, £5·00 The proceedings of two symposia held at the fifth annual meeting of the Federation of European Biochemical societies in Prague during July 1968 are presented as thirty-five papers in this volume. The book is accordingly divided into two sections, each representing its respective symposium.
The first ten papers comprise the symposium 'Relation of Enzyme Structure and Activity' organised by Harris and Keil. Methods of relating protein structure to activity are discussed using a number of different approaches. Using glyceraldehyde 3-phosphate dehydrogenase as an example, Harris is able to show that the primary structures of pig muscle and lobster muscle enzymes show great similarity, 241 (72 %) of the amino acid residues following an identical sequence. Furthermore where substitutions have occurred, all except one are due to single or double base changes in the codon.
Cytoplasmic aspartate transaminase from pig heart is discussed in two papers. The topochernistry of the active site is discussed at length by Braunstein, with excellent illustrations to show the nature of pyridoxal phosphate binding. The active site is further investigated by Turano, Borri, Orlacchio and Bossa whose chemical studies upon its constitution and the binding of different substrate-coenzyme analogues to apoenzyme are well presented. The zinc containing alcohol dehydrogenases of yeast and liver are comprehensively reviewed by Rabin, Evans and Rashed, and a mechanism for the active site of sulphydryl catalysis in accord with the experimental data presented is proposed.
The symposium organised by Pfleiderer and Vecerek is presented as twenty-five papers under the heading 'Isoenzyrnes, their properties, structure, and function.' Lactate dehydrogenase, an ubiquitous topic of isoenzyme literature is a major subject of this symposium. Eight papers deal with the properties of lactate dehydrogenase isoenzymes derived from a variety of sources, ranging from rat brain to human blood. Pfleiderer is a co-author of two papers in which finger printing data for a number of lactate dehydrogenases is presented. It is shown that while tryptic digests of pig skeletal muscle and chicken skeletal muscle lactate dehydrogenases have three common peptides, digestion of pig heart and pig skeletal muscle lactate dehydrogenases results in only one common peptide, which is further common to the chicken skeletal muscle enzyme. The amino acid side chain composition of the active site of lactate dehydrogenase is also investigated. Hellung-Larsen and Andersen show that in cultured human lymphocytes, the pO. influences the turnover of H and M subunits, the former being inhibited by the hypoxic conditions which favour M subunit formation.
Moss reviews alkaline phosphatase heterogeneity III a paper of special interest to the clinical chemist. Methods of differentiating between the main types of alkaline phosphatase are excellently tabulated. Of further clinical interest are papers discussing aldolase changes in human malignant tumours, and the pathological modifications of the isoenzyme patterns of aldolase, lactate dehydrogenase and creatine kinase.
The book is well edited by Shugar, although there is slight repetition in the introduction to the large number of lactate dehydrogenase papers. The high standard of previous volumes is maintained, and a copious supply of references is provided throughout. It must be remembered however, that a large proportion of the papers in the book do not deal with material of human origin. At £5 the book does not price itself out of the laboratory library. D. R. Tunley
